to the house and is only able to move about with difficulty. Since the age of 35 there has been a marked tendency to fall unexpectedly.
Condition on examination.-Myopatbic facies with bilateral ptosis and marked weakness of orbiculares oculorum. Smiling weak and smile lingers longer than is usual. Speech slurred and slightly nasal. Wasting of temporal muscles; weakness of jaw closure. Forward flexion of head and complete wasting of sternomastoids. In the arms, wasting of the small muscles of the hands, and of flexor and extensor muscles of the forearms. Weakness in all muscle groups. In the lower limbs, wasting of the anterior tibial muscles. Generalized weakness of all muscle groups, especially of the dorsiflexors of the feet.
Active myotonia present in the flexors of the fingers. Mechanical myotonia present in the tongue, and in the muscles of the thenar and hypothenar eminences.
Diminution of all deep reflexes, with complete absence of knee-and ankle-jerks. Family history.-Patient's great-grandmother was a princess of the royal family of Greece; of her brother we read in a historical document-" short, bald, speaking through his nose, looking forty at the age of twenty-five." The grandfather, an only child, had five children. Of these, two had dystrophia myotonica. Patient's father was one of the two affected. About same time also noticed weakness of grip of both hands and difficulty in relaxing grasp.
He thinks that the wasting of his legs and forearms appeared in 1918, and at first affected the legs more severely than the arms. The wasting and weakness have slowly progressed.
Since onset of complaint in 1918, has had occasional aching pains in calves and thigbs. His hair began to fall and he noticed that his sight was impaired slightly at the onset of the other symptoms. His voice has become indistinct, and he has occasional difficulty in swallowing. Fluids regurgitate through his nose at times. He thinks his neck has always been weak, but that it was especially so since an operation for torticollis in 1898.
Past illnesses.-Scarlet fever at age of 12. Pleurisy and pulmonary tuberculosis at age of 20. Since the age of 6, his head has been tilted to the right side. In 1898, at the age of 15, he was operated on for torticollis and the right sternomastoid was cut.
Family history.-One brother and two sisters, all dead. Brother died aged 2 (? bronchitis); one sister died from diphtheria, aged 19; eldest sister died from chronic pulmonary tuberculosis two years ago. Father died aged 68 from heart disease. Mother died at the age of 64 from heart failure following bronchitis.
Father had one quite blind eye, and had a cataract removed from the other eye. The cataract developed when he was aged about 50. Mother had bilateral cataract, which developed at about the age of 50. Had operation performed for cataract. One paternal aunt, still living, has a cataract.
Patient does not know of any other case in his family with a similar condition to his own.
Examination.-A tall, thin, gaunt-looking man, with frontal baldness. Myopathic facies, with bilateral ptosis and compensatory contraction of frontalis. Temporal muscles somewhat wasted. Neck: Long and thin; marked wasting of deep muscles; right sternomastoid completely wasted; left sternomastoid represented by thin band of muscle. Speech: Indistinct and slurring, with nasal character in voice. Upper limbs: Marked wasting and weakness of anterior and posterior forearm muscles; moderate wasting of interossei and thenar and hypothenar eminences; muscles of upper arms slightly wasted. No fibrillation. Myotonic hand grasp. Lower limbs: Marked wasting and weakness of vasti, quadriceps, calf muscles and anterior tibial muscles. No fibrillation. Bilateral foot-drop. Reflexes: Arm-jerks sluggish; abdominals present; knee and ankle jerks absent. Plantar responses flexor.
Testes: Small and soft. Testicular sensation normal. Skin: Pigmented over chest and abdomen. Axille and areolhe markedly pigmented. Cataract: Commencing triradiate opacity, situated posteriorly in left lens. Pupils: Right slightly irregular; rather sluggish reaction, through a small range to light in both eyes. Bilateral facial weakness. Tongue fissured. Slight mechanical myotonia occasionally seen. Larynx.-Cords do not completely approximate on phonation. Gait: Wide base, " steppage." Trunk held flexed at hips. His neck droops forward and is extended in the upper cervical region in a swan-like fashion. Chest: Signs of fibrosis left upper chest. Blood-pressure: 120/80. Electrical reactions of right forearm muscles show partial reaction of degeneration. Complete R.D. of tibialis anticus.
Cerebrospinal fluid normal.
Blood-count: R.B.C. (4,500,000); Hb. = 88%; C.I. 0-98; W.B.C. 11,600 (polymorphs. 59%, lymphos. 34%).
